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INTRODUCTION
Primitive neuroectodermal tumor (PNET) of the kidney is extremely rare entity, and less than 100 cases have been reported in literature. [1, 2] PNET is a malignant small round cell tumor that has the neural crest regarded as the most likely progenitor. [3] PNET most commonly occurs in bones and is equivalent to Ewing's sarcoma microscopically, immunohistochemically, and genetically. [4] 
CASE REPORT
A 45-year-old male admitted to our hospital in urosurgery unit with complaints of fever, pain in the abdomen, and hematuria for 15 days. He had a history of intermittent pain in the abdomen for 6 months. There was no contributory significant family or past history. Ultrasonography of the abdomen and pelvis revealed large solid and cystic right renal mass measuring 16 cm × 10 cm × 3 cm. There was no evidence of any metastasis. Urine analysis showed mild proteinuria, hematuria, and pus cells. Other investigations were normal. Right nephrectomy was done. On gross examination, we received right nephrectomy specimen totally measuring 20 cm × 10 × cm 5 cm with large mass at the upper half of the right kidney 15 cm × 13 cm × 3.5 cm. Cut section showed solid grayish-brown tumor with fleshy areas and large cystic cavity filled with necrotic material and blood [ Figure 1 ]. Pelvic, ureter, and renal vessels were unremarkable. Perinephric fat was adherent to underlying kidney. Three lymph nodes were noted, largest measuring 0.5 cm in diameter. On microscopy showed highly cellular tumor consists of malignant small round cells arranged in cohesive sheets, lobules, nest, rosettes separated by thin fibrous bands [ Figure 2 ].Homer Wright pseudorosettes were present. Predominantly, perivascular arrangement was noted [ Figure 3 ]. Tumor showed extensive areas of hemorrhage, cyst formation, and necrosis. Tumor does not show any tubule or glomeruloid formation. High mitotic activity was noted. Tumor with oval or spindle cells was noted. Tumor infiltrating the capsule, perinephric fat, pelvis, and lymph nodes was noted [ Figure 4 ].On histopathology reported as malignant small blue round cell tumor suggestive of primary PNET right renal mass.The immunohistochemical study was done. On immunohistochemistry, tumor showed diffuse membrane positivity for CD99 (MIC-2 gene product) and immunonegativity for creatine kinase, neuron-specific enolase (NSE), leukocyte common antigen (LCA), and desmin. This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work noncommercially, as long as appropriate credit is given and the new creations are licensed under the identical terms.
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DISCUSSION
Renal PNET is extremely rare tumor and considered as Ewing's sarcoma family-related group having monotonous small round cells. It is characterized by a translocation resulting in a fusion of the EWS gene and ETS-related family of oncogenes.
PNET is a malignant small round cell tumor and typically arises from the bone or soft tissue in the trunk or axial skeleton in adolescent and young adults. Various other primary sites are pelvis, retroperitoneum, limbs, neck, and paraspinal region. PNETs as primary genitourinary system have been reported rarely in the kidney, bladder, and prostate. [5, 6] Renal PNET clinically shows nonspecific clinical features such as vague abdominal pain, lump in groin, fever, weight loss, and fever with hematuria. Many cases with aggressive clinical course with metastatic disease stage and poor prognosis have been reported. Many cases may show rapid progression with death within 1 year.
Our patient underwent nephrectomy which showed large tumor mass measuring 15 cm × 13 cm × 3.5 cm. Reported cases showed more than 10 cm mass in 65% of cases. [6] Histopathology showed features of malignant round cell tumor with extensive cystic change, necrosis, and hemorrhage. The differential diagnosis for renal PNET includes other small round cell tumors such as adult nephroblastoma, carcinoid, neuroblastoma, clear cell sarcoma of the kidney, lymphoma, small cell variant of osteosarcoma, desmoplastic round cell tumor, and malignant rhabdomyosarcoma. [7, 8] For better confirmatory diagnosis, immunohistochemistry analysis is necessary. In our case, tumor cells express MIC-2 gene product CD99 and were immunonegative for cytokeratin, LCA, desmin, and synaptophysin.
PNET is immunoreactive to CD99 and is clue for the diagnosis. For other malignant round cell tumors, cytokeratin (for nephroblastoma, small cell carcinoma, and synovial sarcoma), LCA (for lymphoma), and NSE/chromogranin (for neuroblastoma) will be helpful for differentiation from PNET.
Moreover, cytogenetic studies demonstrated that PNET and Ewing's sarcoma are analogous to a translocation of the long arm of the chromosome t (11;22)(q24;q12) [8] .
As the PNET is highly aggressive, it is often diagnosis in advance stage. The 5-year disease-free survival rate is 45%-55% in early disease cause while only 2 years for advance stage. [9] The treatment modalities include surgery with early and aggressive chemotherapy.
CONCLUSION
Renal PNET is a rare entity. It should be differentiated from other primary renal malignancies. The differentiation of the malignant small round cell tumors may be challenging; however, it is essential for better management of the patient.
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